A 9-year-old girl presented with a few elevated lesions over the left side of her cheek, present for the preceding 5 years. Initially, a solitary circular lesion had developed over the left cheek followed by the appearance of three more lesions in a linear arrangement within 5-6 months. These asymptomatic lesions were increasing in size, proportionately with her age. There was no history of itching, pain, irritation, or worsening of the lesions on sun exposure. No involvement of the trunk, extremities or mucous membranes was observed. On examination, three annular plaques (appro × 5-7 mm in diameter) were noted in a linear distribution along the mandibular margin of the left side of face with one lesion over the left cheek [ Figure 1 ]. These lesions were characterized ABSTRACT Porokeratosis is a heterogeneous disorder of keratinization usually inherited in an autosomal dominant pattern. It usually affects the trunk and extremities. Lesions exclusively present over face are rare and not well-documented. We present a case of linear porokeratosis along the blaschkoid lines over the face in a 9-year-old girl.
INTRODUCTION
I n 1893, Mibelli coined the term porokeratosis assuming that the columns of parakeratosis evolve from the ostia of eccrine ducts. [1] Though the disorder is mostly inherited in autosomal dominant fashion but most of the cases are sporadic. [2] Subtypes include classic porokeratosis of Mibelli, disseminated superficial porokeratosis, disseminated superficial actinic porokeratosis, punctate porokeratosis, porokeratosis palmaris et plantaris disseminate, and linear porokeratosis. Apart from different clinical subtypes, other varieties include pustular, pruritic papular, verrucous/porokeratosis ptychotropica, giant, follicular, bullous, hypopigmented, and erosive. [3] Further classification of linear porokeratosis includes localized, zosteriform, systematized, or generalized. [4] Though the lesions of porokeratosis may involve any part of the body, lesions on the genitalia [5] and face [6] are regarded as uncommon. We present a case of a girl child having linear porokeratosis distributed in a blaschkoid pattern over the face without any lesion over other parts of the body. Only a few cases of linear porokeratosis have been reported from India. [7] by a well-demarcated raised margin with atrophic center. Our differential diagnoses were porokeratosis, linear verrucous epidermal nevus, linear lichen planus, and verrucous variety of incontinentia pigmenti. Biopsy was taken from the peripheral raised hyperkeratotic ridge which showed a keratin-filled invagination of the epidermis. In the center of this keratin-filled invagination, there was a parakeratotic column, the cornoid lamella [ Figure 2 ]. Biopsy confirmed the diagnosis of porokeratosis. She has been prescribed topical retinoids in the form of retinoic acid 0.025% cream and advised for regular follow-up.
DISCUSSION
Porokeratosis, a disorder of keratinization, has a wide variety of clinical manifestations with a characteristic histological finding of cornoid lamella. Although patients with disseminated, superficial, actinic porokeratosis have facial lesions in 15% cases, exclusive facial involvement is extremely rare. [8] In 1979 Nabai et al. reported two patients with facial porokeratosis. [9] There are only a few reports of porokeratosis present exclusively over the face. [2] Linear porokeratosis is listed as a rare disease by Office of Rare Diseases of the National Institute of Health. [10, 11] There are two forms of linear porokeratosis. In the localized form, which is more common, lesions are unilateral and confined to one extremity, affecting the distal portion more than the proximal areas. In the rare generalized form, lesions are multiple, affect several extremities and involve the trunk. [12] Porokeratosis also involves chest and proximal portions of upper extremities. [13] [14] Porokeratosis is a premalignant condition. [15] There is an increased risk of malignant transformation to squamous cell carcinoma, especially from disseminated superficial actinic porokeratosis, [16] giant porokeratosis, [17] and linear porokeratosis. [18] Linear porokeratosis has the highest risk of developing a cutaneous malignancy.
This case is reported due to the rarity of reports of linear porokeratosis confined to face. As because there is increased risk of malignant transformation, especially squamous cell carcinoma, long-term follow-up is needed.
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